Skew deviation of the eyes on deviation to the right-the right eye being elevated and the left depressed. Marked left lower facial weakness. Gait is slow. The left arm is held flexed and adducted; the left leg is held stiffly, the toes dragging on the ground and the whole limb is circumducted.
Marked rigidity of the left arm and leg of a plastic type. Gross weakness of finger flexors and rather less weakness of all other movements of the left arm and leg. Left arm-jerks slightly brisker than the right, left knee and ankle jerks similarly increased and the left plantar response is equivocal.
Sensation.-Moderate reduction in cutaneous sensibility and vibration sense down the left half of the body with sparing of the face. Loss of sense of passive movement in the left fingers and toes and some reduction in sense of passive movement at the larger joints. There is tactile and pain extinction on the left side to gross stimuli applied simultaneously to both halves of the body. Gross astereognosis in the left hand and loss of two-point discrimination and localization in the left hand and foot. Greatly enlarged spleen, liver just palpable but soft and smooth. Blood-pressure 130/80. Mrs. E. M. S., aged 47. Housewife. Two years' history of a severe, bursting, vertical and occipital headache associated with vomiting; these headaches usually occurred with her menstrual period. Two attacks of confusion followed by amnesia for the event, each attack lasting three to four hours (one eighteen months ago and the second two months ago).
Two months' history of failing vision, left more than right. Associated with the visual failure but following it she has had visual hallucinations of a highly organized character. They always occurred in the lower left quadrant of her visual field, and have taken the form of various animals, highly coloured, correctly proportioned, but always miniature.
In addition they frequently take the form of distortion or of perseveration of an existing pattern across her field of vision. Railings on her left side appear to be projected across the street and curtain patterns across the walls.
Examination.-V.A.R. 1/36. V.A.L. less than 1/60. The right field shows a relative nasal defect to small objects on the left side. There is almost a horizontal upper defect with greater sparing of vision in the lower temporal quadrant. Fundi: Moderate bilateral papillcedema. The left pupil reacts poorly to direct light but reacts briskly consensually. All the tendon reflexes are exaggerated and the plantar responses are flexor.
E.E.G.: In all areas there is low voltage, random, irregular, slow activity. On the left side spreading somewhat to the right, and more frontal than occipital, there is an 8 c/sec. rhythm, fairly continuously present, and tending to occur in outbursts of increased amplitude associated with 4-5 c/sec. waves.
Overbreathing increases this 4-5 c/sec. activity, and makes it more markedly left sided. X-ray of skull: Sella shows complete destruction of clinoid processes and dorsum and some erosion of the anterior wall of the sella and of the right lesser wing sphenoid; the right optic foramen could not be clearly defined. Examination.-Generalized neurofibromatosis and cafe-au-lait patches. Visual acuityleft eye-1/60 with large nasal field defect. Left optic disc myopic. Congenital abnormality of left iris. Left sixth and partial third nerve paresis, and left pulsating enophthalmos.
Investigations.-X-ray of skull shows gross elevation of left sphenoidal ridge, gross enlargement of the pituitary fossa; enlargement of the left orbit and a defect in the greater wing of the sphenoid on the left side.
Electro-encephalogram shows no abnormality. Left arteriogram suggests large space-occupying lesion on the left side of the sella, displacing the carotid siphon forwards, downwards and medially.
The opinion of members was asked as to the nature of the space-occupying lesion and the treatment recommended. Mrs. E. H., aged 30. Past history.-Right-sided tuberculous adenitis when aged 6. Scarlet fever, otorrhea and jaundice at the age of 10. September 1947: Acute appendicitis which was followed by recurrent abscesses on the scar. These did not clear up until December 1947. Since then has had about a dozen attacks which she likens to influenza in which she shivers and feels unwell for about four days.
Present complaint.-August 8, 1948: Shivering attacks with transient pain in the left ear. Three days later woke and found she was unable to move the left side of her face and could not feel objects touching her on that side. August 13: Diplopia on looking to the left. Treated with penicillin with rapid improvement. The weakness and diplopia cleared up in about a week and the facial palsy in about two months.
10.9.48: Examination at the National Hospital, Queen Square: No abnormality except a recovering left lower motor neurone facial palsy. The fifth and sixth cranial nerves had recovered. X-ray of skull normal. X-ray of skull normal. No change in internal auditory meati nor in sphenoidal ridges. The patient was treated with intramuscular injections of penicillin 100,000 units fourhourly. The pain and tenderness subsided but the facial palsy remained unchanged. She was re-examined on December 7, 1948, and her condition was stationary.
It is presumed that in this case infection residual from the appendix abscess and causing the rigors had involved the right and then the left petrous bone. It is very difficult to see how infection could track from one petrous to the other without involvement of venous channels and possibly of the cavernous sinus which seemed to be unaffected. The possibility of a basal meningitis was considered but there have been no signs of intracranial infection. The diagnosis of polyneuritis cranialis has no value, but the actual cause of the bilateral cranial nerve palsies in this case is obscure.
